Introduction {#sec1}
============

Liposarcoma is the second most common malignancy of soft tissue. This entity is a challenge for both the surgeon and the pathologist for it high potential of metastasis and recurrence. The clinical presentation is variable and it ranges from extreme indolence to rapid growth and metastatic features. Computed tomography and magnetic resonance imaging can be extremely useful to help assess these tumors.

We report the case of 33-year-old man presenting a large perineal liposarcoma.

Throughout this case, we report the diagnostic approach, MRI features, the surgical management of this tumor and the prognosis factors.

Patient and observation {#sec2}
=======================

A 35-year-old man who was referred to our center complaining of large perineal mass evolving since 6 months. He noticed a weight loss of 7 kg without lower urinary tract symptoms or erectile dysfunction. Clinical examination revealed a swelling extending from the gluteal region to the base of the penis ([Fig. 1](#fig1){ref-type="fig"}). In rectal examination, we found a normal sphincterian tonus and there was not gross involvement of the rectal wall.Fig. 1The large swelling extending from the gluteal region to the base of the penis.Fig. 1

On MRI, we found a huge heterogeneous signal mass measuring 12,5 \*5\*8,5 cm that has intermediate signal intensity on T1 weighted MR images and low signal intensity on T2 weighted MR images with marked signal enhancement by gadolinium. The lesion had severe synechia with bulbospongiosus muscle, urogenital diaphragm and the right spermatic cord. We also noticed a suspicious infiltration into the external urethral sphincter ([Fig. 2](#fig2){ref-type="fig"}).Fig. 2On MRI we found a heterogeneous signal mass measuring 12,5 \*5\*8,5 cm with intermediate signal intensity on T1 weighted MR images and low signal intensity on T2 weighted MR images with marked signal enhancement by gadolinium.Fig. 2

Us guided biopsy with fine needle suggested the possibility of myxoid liposarcoma.

A local wide resection was achieved through a perineal approach. Intra operative findings revealed a nodular tumor with admixed areas of fatty necrotic and hemorrhagic areas and solid components infiltrating adjacent structures. The histological examination revealed a sarcomatous process with two contingents consisting of round mesenchymal cells and signet ring lipoblasts in myxoid stroma. The predominant proliferation was represented by a storiform growth pattern with pleomorphic tumor cells characterized by foamy cytoplasm and marked atypia. Mitotic figures were numerous (more than 15/10 HPF) including atypical forms ([Fig. 3](#fig3){ref-type="fig"}). Microscopic margins were positive. Re-resection was scheduled in 3 weeks.Fig. 3The histological examination showed pleomorphic tumor cells characterized by foamy cytoplasm in background of inflamed collagenous stroma. Mitotic figures with atypical cells are Frequent and associated with numerous cell necrosis.Fig. 3

After one month, the patient was referred to the oncologist for adjuvant radiotherapy consisting of a total of 60 Gy in 30 fractions with 10 Gy to the tumor bed.

The patient reported was free of disease at 15 months postoperative follow-up.

Discussion {#sec3}
==========

Soft tissue sarcoma are uncommon biologically and histologically heterogeneous neoplasms arising from mesenchymal tissues. Perineal sarcoma represented 4.7% of all localizations and liposarcoma 6.7% of all mesenchymatous subtypes.

At clinical presentation, these tumors are often painless swellings and asymptomatic that progressively increase in size.

On MRI, undifferentiated liposarcomas appear heterogeneous dimorphic, mostly with lobulated margins. They have high signal intensity on T2 weighted images with area of enhancement on contrasted-enhanced. The well differentiated liposarcoma are composed of mainly mature fat.[@bib1] these tumors show faint or no enhancement after administration of contrast material on the gradient fat satured T1-weighted sequences. Increased cellularity of liposarcomas have a low signal on T1-weighted images. This finding can be helpful in differentiating from lipoma.

Finally, MRI can be useful in the assessment of the position, depth and anatomical relationships of the lesion.

Treatment options are determined in large part by the primary site, the stage, and the FNCLCC grade.

When the mass is resecable, wide excision followed by radiotherapy is recommended for adequate local disease control.[@bib2]. In our case, the tumor proximity of vital structures was a challenge. Negative gross margins of resection should be the goal of surgery for the primary lesion. The challenge is to obtain negative microscopic margins that is not evident and increasing the risk of urethral, bulbcavernous injuries and anorectal dysfunction especially among young patients. When microscopic margins are positive, re-excision should be considered.

For adjuvant therapy, it\'s shown in a large retrospective cohort, that adjuvant radiotherapy resulted in the highest median survival (93 months) and 5-year survival probabilities (63.4%), while chemotherapy is reserved for metastatic disease.[@bib3]

High grade lesions and positive microscopic margins are associated with high risk of recurrence,[@bib4] while histological grade and percentage of round cells are predicting factors for metastasis.[@bib5]

Regarding histologic grade, low-grade (grade 1) dedifferentiated liposarcoma has much better survival outcomes compared to high-grade with a median survival for low-grade and high-grade dedifferentiated tumors were 113 and 48 months.

In this case, a long-term follow-up is recommended.

Conclusion {#sec4}
==========

The perineal localization of liposarcoma is very rare. Preoperative MRI is helpful in identifying anatomical relationships prior to surgery especially for the perineal localization. These aggressive tumors should be closely followed.
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